Abstract Dermatofibrosarcoma protuberans is a rare, usually superficial soft tissue sarcoma, which is diagnosed by its typical clinical manifestations. We report a case of histopathologically proved dermatofibrosarcoma protuberans of the left upper posterior trunk in a 35-year-old female for whom complete surgical resection was done.
A 35-year-old female patient came to our hospital with history of superficial skin lesion on the left posterior upper trunk region which the patient noticed 10 years back. The lesion was initially small in size and has been progressively mildly increasing in size with a recent sudden increase in size. Presently, the size of the lesion was 11×8 cm, and it was nontender, firm, well defined, and flesh colored, with an irregular surface (Fig. 1) . Clinically, diagnosis of dermatofibrosarcoma protuberans was made, and the patient was sent for contrast-enhanced computed tomography (CT) chest examination to look for local extent.
CT chest showed the presence of an enhancing superficial soft tissue mass measuring 3.7×11×8.3 cm with a cystic area inferiorly (Fig. 2) . Underlying muscles and bones were normal. The patient was taken up for surgery with wide en bloc removal of the tumor with a 3-cm surrounding margin. Postoperative CT showed complete clearance of the tumor.
Histopathology was suggestive of dermatofibrosarcoma protuberans with no evidence of fibrosarcomatous component.
Discussion
Dermatofibrosarcoma protuberans was originally described as a distinct clinicopathologic entity in 1924 by Darier and Ferrand [1] . Microscopically, it is characterized by fibroblasts with a prominent storiform pattern. The name dermatofibrosarcoma protuberans (DFSP) was coined by Hoffman in 1925 [1] .
Dermatofibrosarcoma protuberans is an uncommon superficial spindle cell tumor which accounts for about 6 % of all soft tissue sarcomas [1] . The tumor is small and superficial, appears in early adult life, and typically grows slowly over the years. The tumor is firm and fibrous and has a violaceous red color. Pressure on the tumor surface will cause it to blanch [2] . The tumor surface enlarges by expansile growth while the periphery infiltrates the adjacent skin and subcutaneous tissue forming circumferentially located nodules. These nodules coalesce to form a fibrotic plaque in the dermis [2] . Nodular protrusions appear on the surface after a few years, and at this stage, growth frequently accelerates. Due to this, the overlying skin is stretched and undergoes atrophic changes which will lead to increased susceptibility to trauma, forming superficial ulceration and bleeding [2] . Males are slightly more commonly affected, and the highest frequency is reported between the second and the fifth decades [3] . The trunk appears to be the most common site followed by the extremities and the head and neck region [2, 3] . Patients often ignore these tumors due to their slow growth. Hence, the imaging appearance of this entity is less reported [1] .
The radiologic appearance of dermatofibrosarcoma is that of nodular unmineralized soft tissue mass involving skin and subcutaneous fat [1, 3] . CT or magnetic resonance imaging images can well show this location, the relation of the lesion to underlying structures, and the distinct lobular or nodular architecture [1, 3] . Moderate enhancement can be seen on CT scans after intravenous contrast administration [3, 4] .
Histologically, several variants of DFSP have been described which include pigmented (Bednar tumor), myxoid, myoid, granular cell, sclerotic, atrophic DFSP, giant cell fibroblastoma, and DFSP with fibrosarcomatous areas [5] . Out of all these variants, only the DFSP with fibrosarcomatous areas is high grade, with a higher rate of local recurrence and distant metastasis [5] . The fibrosarcomatous variant of DFSP is uncommon and is associated with a significantly more aggressive clinical course indicating a possible need for treatment intensification [6] . Histologically, the fibrosarcomatous component shows presence of focal necrosis and higher mitotic rate [6] . Fibrosarcomatous change is more common in the primary than in recurrent lesions [6] .
A wide local excision with a margin of at least 3 cm and en bloc removal of underlying subcutaneous tissue and fascia is the standard treatment [1] . Mohs micrographic surgery is the treatment of choice with a better cure rate and maximal conservation of tissue [5] . Local recurrence after an apparently adequate surgical excision has been well documented [5] . When surgery is insufficient, imatinib mesylate is a safe and effective treatment in DFSP, especially in cases of locally advanced or metastatic disease [5] . 
